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F1E BRHE-H 123

FTVEO-RR « 4 50—R AEREE

opsoclonus-myoclonus syndrome

[ ICD-10]) G25.3

EZE L,{"F@:if%ﬁ

(1) FTVIO=XA  KEHB, BEFBLREDSDOIHENDES7=L
THRBZIRIES). dancing eye EHEEEN B,

(2) AV O—XRA I IFAHO—XALES), BHRETHRIN, By, &
ERETEDICHEETS. AELCHABNDIF o/ O0—XAEIEE] u%ﬂmm
TREEEH T, HEHPETOEDICEERITREEEERL, ASHRT

"35"%“5':31?3‘%@5%&72%‘;” FOEFEHID “mini-polymyocionia” t%%ﬁéh
-%#%%’E@?Xjﬁﬁﬁ%i_éb’éﬂé%’.
(B) /NBMMESERE B
R SEleEr LT BB &£17D4F(X§»7bh vay, JLkz=v
O3), ACTH, £ES/OT USSR, SHOKRT7I K, UVESTIREDSERE
ATWS. BIFE #OFFH XKUY KEES (high dose dexamethasone pulse
therapy) HIREEN, "&G‘%Fﬁ?ﬁ%ﬁ&(ﬁ%ﬁﬂ?ﬁ%c:@ﬂfuétéh“(@\%’u,: S
ERSE:E - B&E  Kinsbourne fE&%%,  opsoclonus- myoClOnuS-ataxié SyndrOme
myoclomo encéphalopathy, dancing eye syndrome
E#5 19624 Kinsbourne 7)3%1_% Gkl LK.T%E%U?& \ZTO D_7$ &
Uﬁ%ﬂﬁﬁﬁ‘ﬁéﬁ)%{#’) 6{§J<D/J\E% %ﬁu,\r%t LT IRDIFY D_——'V;’EH {E"
EFE : ; “{myoclonic enoe—phalopathy of
infants) & LT®WELE. Ug&%&él
et MMJJ%%T?‘L&:%{#‘E’(&E&L

‘~¢rim i%@%ﬁ@%:&i%ﬁ
 BEBBVET AV ARBRICHE L THE
JT%;&@D ] B B DSFRINLS NB,
| %A@hiéméﬁgﬁt%ZBhTm
B ORERILEIVBSER B
GIURS2 FTE DB EFPBEZ L TN B.
SREIHEICEDEES TR THDP, &
FEOTRE L TEEH IS S DO
BMBEE (NBEEOEN BEREES
E) BHBNB. (#155%)

[SZ@R] 1) Ertle F, et al: Treatment of neuroblastoma-related opsoclonus-myoclonus-ataxia syndrome with high-
dose dexamethasone pulses. Pediatr Blood Cancer 2008; 50: 683—687.

2) Hayward K, et al: Long-term neurobehavioral outcomes in children with neuroblastoma and opsoclo-

nus-myoclonus-ataxia syndrome: relationship to MRI findings and anti-neuronal antibodies. ]
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I VFYTIMBEBANIETHY), TOE
ZIERE IR EE (BT15%E%, ATPARED KX 3
HFRHWI ANV —OELETH L. MICd RIS
TCAEBICEET 2RH, x50/ FEK, 7
RN=V AR L LERENH L. TOI ba v

KU 7 OERE GEER), BRBERFEII
Fa YR TRELSL. EETIERELZ ED R
FRYv 7T v Fu—LA, f Bl BRENE
BLREICI PV FY 7THREORENRE S,
I hav Y TREEENSCOERTER SN
TwWa, BIFTXTOMBICEETAI Ma Y F
1) 7 DRERERE, f%ﬁ%&%%ﬁﬁu%%?
HUEEHEIXH B0, B, BHG, 0ozt
VE— %%wme%kW&ﬁ&%%?ibnv
KU 7RI, TRV EF—EEIZE b 5 PR
DEFICERTIREOITINIVFITHRTD
B, ZITIRI Py R TRGEE LTECH
WEBEFEICI LI bV FYTHRICOW TR T
5.

MERSEIZI ba v FY 7HEICS OOEERKE
LCHELET . MREERFORRE L LTIIEEHE
PERTAY T2y VORE, BERMEHET
OER¥, E5ICIPIVFYTHTOEEEED
BE, I a7 EAOHMER - R - BE)IC
Ehb2EHOREICIVERETIERES N, =
INF AR EZBEEHITERIBNG. Zhbd
DEHRIZI 3 FY 7 DNA (mtDNA) 23—
FENDDDEBEEFICI-FENTVREDHD
BdsH(ET). —BNEHEHRICRETSHT
BEBEGETFEFBICILLONSEL, IVEENS
LB VH, BRATOREETFOREICL HEH
ISEEREENTVS. BICmDNARETHE
BIcEEL, EELADELEL, EREBETFE
BEATLIMEELEZY. I b2V FUTEER
ORI HRI VB LA, He OEFOERZ
B—Tik % ALEEFERTH - THERITIX
ENRHALNL. FOERI mDNA EE O “ ik
BRETHAH. I IV Y TIE—HERICK
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ZORDERE ,
: a) Tarnopolsky MA : The mitochondrial cocktail : ra-
tionale for combined nutraceutical rherapy in mi
chondrial cytopathies. Adv Drug Deliv Rev 60
| 1561-1567, 2008 o
b) Komaki H ey al : Pyruvate therapy for Leigh syn

drome due to cytochrome C oxidase deficiency
Biochim Biophys Acta 1800 : 313-315, 2010 ’
ORE A I hIY R TREHECET 5 KR
KARORS ORI (S8, WA 27 [iéﬁ
1] : 74, 2010

FOMOD, mitzﬁ?yxm&%éhfm}
| BOY, I~ RBEEVDOPENT S, |
,'Mmmmww”imﬁrkﬁﬁtbfcmame
monohydrate, CoQ10, o UREZERL,:
| S POV NUPREEBZEOLBRENET, & |
| LA NLVADETEREL TVD. BATE
| Tanaka 5" #5CCORIBD Leigh IERE BRI
| ELEVEBF MUY AEEE LEBEiEORE
§ﬁ&5ﬂttﬁ%b.&§50mﬁﬁ@%wﬂé;
| BEMICKEKEFERL, BREFT—2OREER |
| LTV, SBICEMNRAREREIZEBHICE
| HENB T LEHRFTS.

EHoHTFav—FEL, BE TIZIEE mtDNA
LREmDNANEEL TV, ZOHEIH
7, HBECELY, E¥E mtDNA QA
" 2B BRCEESEEL, EREETH
ESINTVS., ZOMBREEIEROLRH —&
Whnz, ZHOREIDERICD Lo TWELEE
Abhd. WERILESTL2EH, BEFEEOR
FIZEA TS, BARNZEFEEORREICE
Fo T, HEEOEREOHER, EmER
EOIHNC X 2RBOETERISERTH 528, -
W<O#®ﬁf&ﬁ$&%#%iéhfkb&ﬁ
5. ‘
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HFEI-VH¥JTa=y k

LHON, MELAS, LS, NARP & &

1RNA
rRNA
mtDNA &%

PEO, MELAS, MERRF % &
B
PEO, KSS, Pearson syndrome

# & 1% (subunit, assembly)

LS, GRACILE#%Z &

CoQ10 RiB8fE (CABC1 £ &) myopathy, encephalomyopathy

POLG PEO, MERRF, MDS, SANDO
SLC25A4, PEOT, twinkle PEO ’

TK2, SUCLA2, DGUOK MDS

TYMP MNGIE

OPA1 PEO, #R#HREEHE, K58, 5

MFN2 CMT2

TIMMBA B UXb=

HSPD1 BEEEEHRE, BEIX b OT7 1 —
DARSZ, RARS2 BERE

TAZ

Barth syndrome

LHON Lebers heredxtary optxc neuropathy, MELAS : mitochondrial encephalomyopathy, lactic acidosis and stroke-like
episodes, LS : Leigh syndrome, NARP : neuropathy, ataxia amd retinitis pigmentosa, PEO : progressive external
ophthalmoplegia, KSS : Kerrns-Sayre syndrome, MERRF : myoclonic epilepsy with ragged red fibers, GRACILE : growth
retardation, amino aciduria, cholestasis, ion overload, lactic acidosis and early death, MDS : mitochondrial depletion
syndrome, SANDO : sensory ataxic neuropathy dysarthria ans ophtalmoplegia, MNGIE : mxtochondnal neurogastrointestinal

encephalomyopathy, CMT2 : Charcot-Marie-Tooth type2

A|ewens 3

REMLZEREZL, $¥THY, TTIIE
CLNEETHH. B—RBEOEROADIL D
5, MOERTHETE 2 WEREBICT /-3
LERYDHZHEEIITIVFITRHRER)IE
PTCRB, IPIVFYTHRTALNLEZED
ZWIHER & UTIESHRB R, Si0ET, 5K
%, BB RURE, (LR ERE, LHRER £,
MEER E LCI3ER, BX - e, MmEE,
RAEE, wE K, REHEE REREeRE
#, %ﬁwﬁ%ﬁ FEMEEELR DS, £
noicmz, BEE, BRE FEREEE, #Hib
FHER, VMERBA L EBALNE I LPDHD.

MEFRTIIEDL, FREERELR CHEFENL
BEFRZETHILDHDY, BEOLZWVWI L
HEW. BT 7= VIEER N BELBRME, I
B/ ENVE VB2 EOBE, F05 MY
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&1 (3-OHB/acetoacetate) 2SS L ED L & LI
REEREIREEND.

IERD A SN B BAHERIBIICERT
5. HHETIIGomori trichrome ZEEH 12
IVEEIMIVFY 7HEMEEN S ragged-
red fiber (RRF), 2/ 7 BiBikKEE# % (SDH) &
P gefs CF SDH i P I % (strongly SDH reactive
vessels : SSV) OFHE, F 7 u—a c B LEEE
(COX) fEtES et & 2 IEHRIBG 2 &SRB
Thd.

BIETFREZEMNOZRDFE & LTI
#MUDOE, mtDNADRKE, BAOEHEOEWH
ZERIRBERATE RV, RERE CEZETHE
%dDHH 5. mtDNA OLEBEN, HEETO
BITIIREL NV TH Y, BEL L IBEET
BZ <, TRNTERET HORBRACIIEET
Ho. T, REREFELNLY, BEESES
B\ IIIEERHESF IS & W 7o I SE B R TS
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342 EERES [HEs

FK2¢ = hIV RUTREER

CoQi0(/ A%/ 2)

/R 3~5mg/kg/B, BA 160~ 400mg/

E 4 2 2B : thiamine
E4# 3 > Bz riboflavin
E 4% X > Bs : pyridoxine
-z

a-Y R

E#3x>C

E4243I2E

E4232K

E4 3> H: biotin
ZKEEEY REE

=
/N2 10mg/ke/ B
NE30~100mg/H
MNEB50~100mg/ B ,
NR30~60mg/ke/B, BA1,000mg/B

/IR 10~50mg/kg/ B ‘
250~ 4,000mg/B

NE10mg/ke/H

BRE

TUOOER (BEERTREW)

25mg/kg/ B, REMZEREDERIER

JLTFFL

JNE0.08~0.358/ke/H, MA4.5~10g/H.

TR 5~30mg/H
ONTE 3~6g/H
L-A=5> INE30~60mg/keg/H, KA 1,000mg/H
L-7x= PMZERIR SRS 0.5 5/ kg B3
) PRy s ]

prednisolone
methylprednisolone

1~2mg/ke/B, REFEPHEREER
20~30mg/kg/ B, BiZEPIRFEIER

edaravone

b

RZE AR R R

SRRV CERE L D IED ), REERES L L OEEHDE

ERELFERZIICERTH L. BRERET S
FEH 2 NAUTBERRETFRFEIC D O LAY v,
ChoDMBRE, HHE, BETFEREORER

BEFHONNIBHICKE UL 2, BEEIEE
SR CTHERETE RV |
B %ﬁw’_ﬁ’i’ﬁﬁ é@

B R TIESORRE, SHERESERE 2 5.

PrEg 3 L LT valproate sodiumid I b v F
V7O Y LRI T L Sh, TEh
EEALZWIE) FBRWE ShTWwa, B
barbital; ~tetracyclinie, chloramphenicol,

aminoglycoside b # 77213 ) BBV E EhTw
5. IPaVFYTHRE LTHEEISOD 5 EH
XRWAS, R2D X ) LREEND L. FRED
EERHER, TRYWHEORMT, HHEEREOHE
PERBEEOERARETHS. Zhb53EL D
FEFCTHMENTRE S ND D, FHRIT—EET,
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ROV YO — VA F 4 BTSSR TwA
P, AHEHILEN TV VL ORIFLAL
b2, LaL, Ihav Ry TEENEDLAE
ITREBE S I VORBROEAERA TRV
2 oh5b, CoQIORIMEREITBIT S CoQlONH
76, MELASBIEEMRBEEICBITZL-7TLF=
VEEREOMRBRBER IR TVAA, EEOH
7276 L LT MNGIE (2 BT 2 BESMia it
BHBH. MNGIEIZF IV VRARYS—¥%
O— FLIBEEFORETHY, FIVVES
BOEETHY), ch TEREELEN-DI
M/NEEER EFTbNS, HEF-BYT
Hol:. BHRBHEISNRETDH 2 IWITENE
PEEIRERENTETVEY, F W HEHR
LVTH B7S, PPAR/PGC-1 o BB 0EHEAL
EOEDEIMESINLTWS. PGC-1 a REE
HEERFTI Pary FY 7EERZIRET A5
PHERIN, I AL BEHMIL PR EED
FRRPEREHOBENFEE LTSS,
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330-337, 2011

SFEis . ’

C E?ﬁ?ﬁ% é 2) Wentz T et al : Activation of the PPAR/PGC-1a :
pathway prevents a biogenetic deficit and effectively

5 ’&H@%ﬂ: TLVBHRBTHY, TFEHRERD improves a mitochondrial myopathy phenotype. Cell
BEEL L. HEKRDOD L BETHEBRRER I Metab 8 : 249-256, 2008
HHNE MECEDTHLEENSD. 3) Srivastava S et al : PGC-1 a/B induced expression

partially compensate for respiratory chain defects in
cells from patients with mitochondrial disorders.
; Y Hum Mol Genet 18 : 1805-1812, 2009

1) Halter J et al : Allogeneic hematopoietic SCT as Con
treatment option for patients with mitochondrial b
neurogastrointestinal encephalomyopathy (MN- i
GIE) : a consensus conference proposal for a stan-
dardized approach. Bone Marrow Transplant 46 :
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b REM EER{TENE
BHE(REM sleep
behavior disor-
der ; RBD)

136

T b D% RBD LEBL TS (F1)Y, 20054E0WETT PSG TD RWA D!

L LHER (rapid eye movement sleep ; REM IHIE) i3 20%IEBRES
DO, BHEOBE R T 5 HEREIE <% 5 ¥, REM !
IR ER R B 2 EHBH VL, REMIBIRTEIREE (REM sleep behavio
disorder ; RBD) i3 Z ® REM BERFICERAIC—B L . BHTHZEI L. LX)
BOBREPRy Fo8— b —ER%E LTL ) EBREASETH 5 7, TARRORYT & |
T REMBEEFIBEIOBEIEZ N Tw3, DRTL h R BICAET
%4 RBD #5135 o 7245, BBE/S—% 3V V5 (PD). L ¥ —AMERIZE%
(DLB)., %RHENEE (MSA) B ED a-v X 7 L4 VBN As2ET
X7 VA ) F— LRI N A HERERERIGER T A EFPRE I, oD
BEROPIEEENH 2 L L TEEINRTW S

IEUBIE

19874F (= Schenck &3 RBD % MEIRBEFHED 1D L LTHEL T 3%, 20
International Classification of sleep disorder 2$2HEL#ER TERL L. 2005 il
i, TN ENZBERBROTEMLIC I DERE LD, BEREZLTHEPLS
X 3 REREP OTEHLOTRED S 50>, B (polysomnography ; PSG)
DO REM EEHRIIC BRE LTSS 20002 LB EL O hOERPH L L LD
PSG _E REM sleep without atonia (RWA) OFFEISEE S L5 & & A RBD 2D
FHEE 2> Tw5, RBD LEML THORETHIITCA»ARIET LA LN
EBBH Y, hOMEREE, AR - #HE - BRRERE, BRI 7 a— Vo8I
T REDSEBUERAEL 3 2 LA 272, CoZBIT 2 UENS 3, Th

DAL Teotz, PSG L REM KBRS Sus e IRRRGES), BATOBIN, alf, B
BEVRETH 50 (K1), RBD BETHA b UA B, TEOBRERBOBADHEE
R RWADHET 2 (B2), 2O RWAIGERD REMIEIRTED & h 5 BHEHD)
HIRIEE SN IRETH D, RWA B L Tid Lapierre 2332 R L TL 3
»3Y. 20074F American Association Sleep Medicine (AASM) i, RWA %4
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1. #RERIE £ D REM sleep without atnoia (IR
TEOEL L1 DOIEIR .
ORBICTEHE LAY, BRELTLEI LT VE

S HERICEEL T8 5 3 (BRROTEMER E)
(OREIKPIC REM ERBHCRE G TBHIHBT 3
REMEEIRICEBE U A REEBITEOEEELTAPA
BERERATS
TOMOERER. ARHEER, MERE. BHRE ¥
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2. REM sleep without atonia (RWA)
BERRESGHIEBL TV, LAL, EEE

REMEEER R4 4 A b H M HERCHHEOHR 2BH T3,
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> FB(LC)

b THGUE R
(sLD)
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AR OTAR L LLERMED 450 LOIRIE®E ¥ % phasic EMG DD
FeA e BRIGEDI 30 DT 2B T 50, THI 2B LofliEz o5 b
LREBLTVEY, |

REM BER-FIC 1B 28R 4 5 2 EDB R, CHUIESIRIIERICE> T3
HEEZONS, JOBFRRBEMOTTEMIICATIL T»223, REM R
¥ REM HERHIEHROSBTAMIRICN LEIEICER T2, Ziuc X - TEE%D
HAI N2 BRHOIMERIIH N Tw 2, 1 1R a2 2o 7 ZRCRER ORISR
BefToBOREE 2RI L, JORBICRTAMBOBEEL2HELT0wE, 35
B % 3% - 758 & h REM BRI EEIR 0 & BRGHHo BB EE
Y. BB 2 U v ROEHEE” (peduclopontine nucleus ; PPN) & #4444
B (laterodorsal tegmental nucleus ; LDTN). 7 FLF 1 Y Z2OEH (loc
coeruleus ; LC) DSEEAEE AHHAZHERHA (medullary magnocellular reticular form
tion ;s MCRF) ZA L TRI LTV A I EdbhroT0b, Fh, RAIOERLD
20 LCICHEH T 5 T/MAEHIBZ (sublaral dorsal nucleus ; SLD) %% REM [EEE#
ETBEEELoTE D, KON PIRAERZOE MK HE (ventrolateral part
the periaqueductal grey matter ; vIPAG), #MBIfE#i2 (lateral pontine tegme

THAFRIZOREHRBROAN=REM BERTHRYE

)
REM off  REiZKERZESUKEAH
saEs gl
R ‘ B
s 11 () oM iims i
taa% " _
EMG tone in REM
iiﬁﬂmﬁ AL
. REM on A0 L IREIAL. JImHL N“ﬁﬂ%
JEBS \\ N4
S v Mumens

3]

AR

®3. REMERITEIREIEOREEE
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